The Hermansky-Pudlak syndrome consists of albinism, platelet function defect, pigment laden macrophases and, on occasions, pulmonary fibrosis. The Case report A woman, aged 35 years at presentation, attended in 1974 with oculocutaneous albinism and a one year history of gradually increasing dyspnoea. There was a three year history of menorrhagia and lifelong easy bruising. Of the nine siblings three others were albinos, two of whom had platelet release defects and diffuse interstitial pulmonary fibrosis. There were no risk factors for allergic alveolitis. She smoked 10 cigarettes daily and was on no medication. She was, on examination, an albino, with white body hair, unpigmented skin, and had nystagmus. She was clubbed and had widespread inspiratory crackles.
Over the next eight years she progressively deteriorated with increased dyspnoea and decline in lung volumes and gas transfer so that by 1982 her transfer factor was only 27% of normal and chest radiography showed honeycomb lung. This slow deterioration continued until she died 16 years after presentation.
Postmortem examination showed small lungs with bossellation of the pleural surfaces. There was widespread honeycombing of equal severity throughout the lungs, the cystic spaces appearing larger in the upper lobes. Microscopic examination of the lung showed widespread interstitial fibrosis with disorganised architecture, bronchiolectasis, and loss of alveoli. In the intersitium there was a chronic inflammatory infiltrate with large numbers of pigment laden macrophages (fig 2) . The pigment showed similar histochemical properties to lipofuscin. These macrophages and others with staining for iron were present in the alveolar spaces. Organising thrombi were present in the small pulmonary arteries. Similar macrophages were found in other organs including the bone marrow, spleen, liver, kidney, brain, and renal tubules. 
